It is generally believed that Ancell (1842) first described the inherited scalp tumours ( Fig. 1 ) that later (Billroth, 1859) became known as dermal cylindromas. Subsequently the condition became associated with the name of Spiegler (1899) who reviewed extensive case material and introduced the term endothelioma capitis. There followed many descriptive accounts qualified by at least 20 different names of which only 'turban tumours' has remained in frequent usage. The term Ancell-Spiegler cylindromas will be employed here for lesions affecting mainly the scalp.
In September 1892 Brooke reported a family in which multiple small tumours involved the facial skin in some members. He favoured the term epithelioma adenoides cysticum. In December of the same year (1892), Fordyce described a mother and daughter with an apparently similar condition which he called multiple benign cystic epithelioma (Fig. 2) . Both authors emphasized the origin of tumours from the basal cell layer of the epidermis and from hair follicles. The latter site appeared most significant to Jarisch (1894) who coined the term trichoepithelioma papulosum multiplex. All three descriptive terms are now regarded as synonymous and Brooke-Fordyce trichoepithelioma appears a reasonable compromise.
A clinical overlap between the two groups was noted early (Adamson, 1914) , but it does not seem to have been established whether they are two separate conditions or variants of the same disorder first described by Ancell. Cockayne (1933) clearly believed both types of tumours to be manifestations of the same condition. It is our purpose to review and present new evidence supporting this hypothesis.
Tumour dimorphism exists at the histological level (Watanabe, 1922; Gray and Helwig, 1963) , but Savatard (1938) Sweat duct adenomas (syringomas) may coexist with trichoepitheliomas (Ingels, 1935) , but the relation between the two forms of tumours is not clear. Malignant changes (basal cell epithelioma) have been noted occasionally in cylindromas (Luger, 1949) and trichoepitheliomas (Ziprkowski and Schewach-Millet, 1966) ; but the situation is complicated by the frequent prior history of x-ray therapy in the former cases and possibly confusion with the inherited basal cell naevus syndrome in early reports (e.g. Adamson, 1914) of the latter.
Autosomal dominant inheritance has been demonstrated for Ancell-Spiegler cylindromas and BrookeFordyce trichoepitheliomas either singly or in combination (Chalstrey, 1955; Guggenheim, 1962) . In one family there was segregation of isolated cylindromas in a mother and other maternal relatives, with trichoepitheliomas alone appearing in a son (Whiffen, 1963) . Although an excess of males has been noted in some families (Fuss, 1928; Kerl, 1930) , Guggenheim (1962) II. 9 (F.C.). Male, born 1884. Small tumours in the nasal region were first noted when aged 18. Many small tumours (diameter 1-3 mm.) were observed at this site and two nodules (diameter 2 cm.) were detected in the scalp. He claimed that the latter had developed during the preceding 6 months.
II.13 (C.M.C.) Female. Examination of a family photograph revealed unequivocal tumours in the nasal region.
III.4 (P.C.) Female, born 1913. Tumours were noted from the age of 16. There were innumerable lesions over the face and ears with a few small tumours (diameter 0 5 cm.) in the scalp.
III.5 (F.C.L., JHH 649324). Female, born 1916. This woman was severely affected and first noted facial tumours when aged about 15. There were many tumours around the eyes and nose (up to a diameter of 0-5 cm.) and the external auditory meatuses were almost occluded. The scalp was covered with large hairless tumours (up to a diameter of 5 cm.) and there was little normal scalp (Fig. 3 ).
III.8 (H.C.W.). Female, born 1927. There were several small tumours around the nose and one hairbearing lesion (1 cm. diameter) in the scalp.
III.9 (A.C.H.). Female, born 1936. Regarded as probably affected, she had three small nodules (1-2 mm. in diameter) on the face, one on the right side of the forehead and two below the right eye, but declined biopsy.
III.18 (G.S. (Fig. 3 above) There was a considerable variation in the nature and extent of lesions among members of Family A; for instance III.5, aged 49, possessed large disfiguring tumours of the scalp, whereas her 80-yearold father, II.9, had minor manifestations in the form of two small scalp lesions and relatively slight 3 facial involvement. In addition, IV.15, at approximately the same age at which III.5 was grossly disfigured by turban tumours, had a normal scalp, though she had several lesions around the nose which could be diagnosed clinically as trichoepitheliomas. Although both probands in Family B were similarly and extensively affected, the information on other relatives again suggested variation in expressivity.
In estimating penetrance it seemed justified to consider only the 26 subjects at risk in generation III of Family A, these being adults for whom information was relatively complete. Nine persons were affected and two others, III.9 and III.18, had probable involvement; the departure of the lower estimate (9/26) from the proportion expected on a dominant hypothesis (13/26) does not reach significance at the 5% level. In addition there was no unequivocal instance of an unaffected bearer of the mutant gene in either pedigree.
Discussion
Clinical and histological variation is the rule in several autosomal dominant conditions characterized by multiple tumours involving epidermal structures on the head. Histological variation is marked in adenoma sebaceum (tuberous sclerosis), and facial lesions may incorporate hyperplastic sebaceous glands, or alternatively consist mainly of rudimentary hair organ structures. Similar variation is found in Von Recklinghausen's neurofibromatosis and the basal cell naevus syndrome (Gorlinr, Vickers, Kelln, and Williamson, 1965; Clendenning, 1966) .
In their fully expressed forms all the above syndromes show evidence of pathological involvement of body systems additional to the skin. Other systemic manifestations are not found in AncellSpiegler cylindromas or Brooke-Fordyce trichoepitheliomas, and so any distinction between each clinical category must be made on anatomical and histological grounds, principally by a demonstration of a hyaline membrane in tumours of the former type. There is evidence that the hyaline membrane in cylindromas is formed by polysaccharide secretory cells (Munger, Graham, and Helwig, 1962) . Polysaccharide granules have been demonstrated in cells from a trichoepithelioma (Winkelmann and Muller, 1964) , and Wolff and Holubar (1966) showed a close cytoenzymatic relation between these tumours and the normal hair organ. Although much remains to be done at a histochemical level it may be accepted that cylindromas show differentiation towards sweat glands, trichoepitheliomas towards hair structures, and syringomas towards sweat ducts.
It was concluded by Willis (1953) (Guggenheim, 1962) or trichoepithelioma (Gray and Helwig, 1963) Whiffen, 1963) . Furthermore this method is free from the risk of induced neoplastic change.
Summary
It is concluded that the inherited, multiple, and benign tumours of the epidermal appendages, as described in this report, should be regarded as phenotypic variants of a single mutation, and that the most appropriate single eponym is that of Ancell. Histological characteristics depend on the site of the genetically determined lesion, and other descriptive terms (Ancell-Spiegler cylindromas, or 
